We conducted a large scale epidemiological study in Japan and revealed a high mortality rate in RP patients with neurological involvement. Japanese RP patients developed encephalitis/meningitis (12 out of 239 cases, 5.0%), cerebral infarct/bleeding (5 cases, 2.1%) and cerebral vasculitis (4 cases, 1.7%). The mortality rate was 18%, in contrast to 8.1% of RP patients without neurological involvement. We suggested that neurological involvement appeared to be a major determinant of disease severity in patients with RP. . Neurologic complications of RP have begun to attract increasing attention. There are some reports presenting neurological symptoms of RP 2) .
lethal through the occlusion 1) . Neurologic complications of RP have begun to attract increasing attention. There are some reports presenting neurological symptoms of RP 2) .
In a multi-center study which enrolled 62 patients, CNS involvement was reported to be 10% 3) .
We conducted a large scale epidemiological study in Japan 4) and revealed a high mortality rate in RP patients with neurological involvement. We reanalyzed the data in view of neurological involvement in patients with RP.
A Multi-institutional surveillance study of Japanese major medical facilities was conducted from July to December,
2009
. All subjects to whom the questionnaire was sent were informed of the purpose of the study and the responses would be kept confidential. Table 1 Characteristics of RP patients with neurological involvement in Japan Table 2 Frequencies of central nervous system manifestations in relapsing polychondritis in Japan to women was 2.7 to 1 and thus men predominantly developed neurological symptoms.
RP patients with neurological involvement were diagnosed with the diagnostic criterion 4) . In addition, histological confirmation of RP was obtained 17 patients (64% of the 28 patients).
Based on the results of our study, we described incidence (Table 2) . With regard to the atherosclerotic cardiovascular disease, two RP patients with neurological involvement (aseptic meningitis and cerebral infarction) had old myocardial infarction.
In our survey, 96% RP patients with neurological involvement accompanied inflammation in the head, such as auricular chondritis (Table 1) 1, 5)
. Four RP patients (14% of 28 patients with neurological involvement) suffered from cerebral vasculitis and one of them had noninfectious aortitis. Systemic lupus erythematosus, Behcet's disease, Wegener's granulomatosis and infectious diseases were included in the differential diagnosis of the inflammatory disorders in the head and neck 6) . Further studies are needed to disclose the entire clinical pictures of RP patients with neurological involvements.
In conclusion, 12% of Japanese patients with RP developed relatively severe neurological involvement. Conventional treatment, such as administration of steroids and immunosuppressants, was not fully satisfactory and establishment of a new therapeutic strategy for neurological symptoms in patients with RP is awaited.
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